Abstract A 63 year old man with complete atrioventricular block was diagnosed as having Fabry's disease. A short PR interval is a common electrocardiographic finding in Fabry's disease, but complete atrioventricular block is a very rare complication. Necropsy indicated that lipid accumulation in the atrioventricular conduction system was the probable cause of this patient's atrioventricular block. (Br Heart J 1992;68:323-5) Fabry's disease is an inherited disorder that causes glycosphingolipids to accumulate because of a deficiency of a-galactosidase A.' Cardiac involvement associated with left ventricular enlargement and supraventricular arrhythmias is quite common.2' A short PR
The heart was enlarged (cardiothoracic ratio 67% on a chest x ray). The electrocardiogram showed complete atrioventricular block, left axis deviation, and intraventricular conduction defects ( fig 1B) . Laboratory studies indicated chronic renal failure and mild glucose intolerance. Blood urea nitrogen was 23-6 mmol/l, creatinine was 336 imol/l, fasting plasma glucose was 101 mmol/l, and haemoglobin A,, was 6-3%. A year and nine months later he was admitted again because of worsening heart failure and renal failure. Dobutamine, dopamine, and frusemide were administered, but he died of heart failure on 7 February 1990.
At necropsy biventricular hypertrophy (920 g/52 kg) and dilatation were found, but there was no evidence of myocardial infarction. Histological study showed severe diffuse vacuolar degeneration in the bundle of His, the branches of the bundle of His, and the ventricular myocardium, while degeneration of the sinoatrial node was relatively mild ( fig  2) . Moderate vacuolar degeneration and foamy macrophage infiltration of the renal glomerular epithelium were also seen.
Discussion
Cardiac involvement in Fabry's disease occurs by the progressive deposition of glycolipids, mainly ceramide trihexoside, in the myocardial cells. Left ventricular enlargement and supraventricular arrhythmias are quite common findings.2'
A short PR interval in Fabry's disease has been described before. Roudebush et al reported three brothers with Fabry's disease and a short PR interval, and their review of 120 reported cases suggested that a short PR interval was a common finding.' In the electrophysiological study performed by Matsui et al the short PR interval was shown to be caused by a reduction in the A-H time with a normal H-V time. 8 The necropsy study by Becker et al showed glycosphingolipid deposits in the cells of the sinus node, the atrioventricular node, the bundle of His, and the left and right bundle banches.2 They proposed that glycosphingolipid accumulation in the conduction system caused the short PR interval in this disease. Mehta et al reported that the PR interval was short in five out of 32 patients with Fabry's disease and prolonged in three of 13 patients on follow up examination.6 They suggested that the prolongation was a result of progression of the disease process.
Complete atrioventricular block is rare in patients with Fabry's disease and only a few cases have been reported.67 An electrophysiological study of two brothers performed by Suzuki et al indicated that one had a block within the bundle of His and the other had 2:1 atrioventricular block inthe atrioventricular node.7 However, the cause of the atrioventricular block in their patients was not determined by a pathological study. Necropsy in our patient showed considerable deposition of glycosphingolipids in the bundle of His and bundle branches and no other pathological changes, suggesting that glycosphingolipid accumulation was the cause of his complete atrioventricular block. Complete atrioventricular block may be a terminal complication of Fabry's disease, with many patients apparently dying of renal failure before this cardiac defect can develop. Renal dysfunction in our patient progressed slowly and he lived until he was 65 years old; this gave time for the atrioventricular block to become apparent.
